We read with great interest the article by Maron et al 1 reporting hypertrophic cardiomyopathy (HCM) as a predominantly obstructive disease. The authors describe in their carefully conducted study a cohort of 320 patients, 70% of whom present with either resting or provocable obstruction of the left ventricular outflow tract.
To the Editor:
We read with great interest the article by Maron et al 1 reporting hypertrophic cardiomyopathy (HCM) as a predominantly obstructive disease. The authors describe in their carefully conducted study a cohort of 320 patients, 70% of whom present with either resting or provocable obstruction of the left ventricular outflow tract.
Our own data from a cohort of 186 unrelated HCM patients confirm that distribution: 65% of our patients presented with significant left ventricular outflow tract gradient either at rest or on exercise. 2 We assume that the patients examined by Maron et al were also familially unrelated. However, HCM is an autosomal dominant heritable disorder with a 50% chance of transmission to the offspring. To make a reliable estimation for the prevalence of obstruction in HCM, it would be reasonable to also include other affected family members into this estimation. The wide spectrum of clinical expression is a well-known phenomenon of HCM and is sometimes particularly striking within families. Frequently, clinical signs in other family members who have inherited the disease-causing mutation are hard to detect and require intensive clinical scrutiny. Many affected relatives are asymptomatic, which can obscure the heritable nature of HCM in such families. Thus, the clinical presentation in affected relatives may be confined to ECG-specific signs of hypertrophy or to tissue Doppler abnormalities in the absence of overt hypertrophy. 3 This has been incorporated into a set of modified criteria for diagnosis of HCM in immediate relatives. 4 In HCM referral centers (like those from the authors), however, there is a strong selection bias for severely affected patients. Therefore, there may be differences between the general HCM population and the HCM cohort of a tertiary referral center. Often patients are referred to specialized centers for further evaluation either when they are symptomatic or when a conspicuous heart murmur has been detected, both of which are predictors of an obstructive form of HCM. It should therefore be considered that the actual prevalence of left ventricular outflow tract obstruction in the general HCM population, as seen in smaller hospitals and outpatient clinics, may be lower than the proportion described by Maron et al.
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